The patient, a goods porter, aged 45, has complained of "twitches" for six years. Eighteen months ago he fell down, as the result of spasm in the legs. Since then the condition has rapidly become worse. In youth he had left otitis media and there is a large perforation of the drum and partial deafness on that side. The family history discloses no similar disability.
Myoclonia with Absent Deep Reflexes.-LEwIs R. YEALLAND, M.D. The patient, a goods porter, aged 45, has complained of "twitches" for six years. Eighteen months ago he fell down, as the result of spasm in the legs. Since then the condition has rapidly become worse. In youth he had left otitis media and there is a large perforation of the drum and partial deafness on that side. The family history discloses no similar disability.
Physical examnination.-(1) Defective convergence. The pupils react sluggishly to accommodation but actively to light. The cranial nerves are otherwise normal and the optic discs are clear. (2) Involuntary movements: Two types are observed; (a) fibrillary tremors in the limbs, principally to be seen over the backs of the hands and all over the thighs. When the patient's arms are extended in front of him the fingers present an irregular tremor which assumes the character of an intention tremor when he touches his nose. These slighter and more continuous spasms of the fingers materially subside when the arms are at rest, and are irregularly interrupted by severer spasms of the arms of the next type: (b) shock-like contractions, irregular in place, severity, and frequency, occur in the face, tongue, trunk and limbs, causing, without pain, a convulsive tic of one or other side of the face, protrusion-spasm of the tongue, lurching of the trunk, jerking of a limb or more than one limb or the two upper or two lower limbs simultaneously. He is frequently thrown to the ground and injures his left, but rarely his right, knee. Luminal favourably influences the condition. (3) Ataxy, without loss of postural sense, is present, but is slight and is more marked on the left side. There is dysarthria but no nystagmus. The gait is slightly awkward. (4) Absent deep reflexes with normal superficial reflexes. No sensory loss no wasting; and no disturbance of electrical excitability. (5) Mental state varies between depression and exaltation. Vestibular tests, cerebrospinal fluid, Wassermann test and bloodcount disclose no abnormalities.
Discussion.-Dr. WORSTER-DROUGHT said that for a long time he had been hoping to see a case that could truly be described as one of " paramyoclonus multiplex " according to Friedreich's original description in 1881. The case shown by Dr. Yealland was the nearest to the description he had met with. He had seen several cases described as " paramyoclonus multiplex " in which shock-like and bilateral elevations of the shoulders occurred together with sudden extension of the arms. Most of these had been proved to be hysterical.
Paramyoclonus multiplex admittedly comprised a somewhat vague and varied group of motor disorders, and was a doubtful clinical entity. According to Friedreich's original description, the clonic contractions affected mainly the muscles of the extremities and trunk; the contractions were short and very sudden, involving a small number of muscles which did not have asynergic action. The supinator longus (radio-brachialis) was specially involved. The effect of the contractions in moving a limb was said to be absent or only very slight. On the other hand, Henoch and others had described more violent types of myoclonus, while Unverricht had recorded a familial form. The relationship to myoclonus epilepsy had also to be considered. As far as he (the speaker) was aware, no similar case had been described in which the deep reflexes were entirely absent.
Dr. MACDONALD CRITCHLEY said he had seen this condition before. At the National Hospital, ten years ago, there was a patient suffering from shock-like myoclonic twitchings of limbs and trunk. They were symmetrically distributed, and were even more marked than in the present patient. He did not remember whether the tendon reflexes were abolished. In that case the most outstanding feature had been the affection of speech, which was inspiratory in character, with a tremendous over-reaction of the muscles of expression in the face and in the neck muscles.
Sir JAMES PURVES-STEWART also remembered similar cases. He used to see a dangerous form of epidemic encephalitis, a myoclonic encephalitis, in which the abdominal muscles were specially affected, sometimes also the muscles of the shoulder-girdles. There was also " Dubini's electrical chorea," an epidemic of encephalitis many years ago in Italy He suggested that the myoclonus in this present case was explicable as a residuum of an encephalitic attack, and that the encephalitis had also damaged the reflex arcs so accounting for the absence of the tendon reflexes. There was, however, no available history of an encephalitic illness in this particular case. Yet it was recognized that marked postencephalitic lesions might occur in patients with a history of mild or abortive encephalitis, or, even with no such history at all. In this case he thought the myoclonus might be a post-encephalitic syndrome.
Dr. G. S. HALL asked whether Huntingdon's chorea was a likely diagnosis. Dr. YEALLAND (in reply) said he did not think the case was one of Huntingdon's chorea, because in that condition the reflexes were normal, and there was no fibrillation of muscles.
As to Sir James Purves-Stewart's suggestion about epidemic encephalitis he (the speaker) was rather afraid it might be called that. There was certainly loss of the power of convergence in this case but in that disease one usually saw some disturbance of associated automatic movement, or lack of facial expression, features not presented in this case. It was, however, impossible to eliminate the diagnosis of post-epidemic encephalitis of ambulatory type.
He did not know whether in Dr. Critchley's case the involuntary movements were bilaterally simultaneous or not. [Dr. CRITCHLEY: Nearly so]. That did not always happen in the case presented; sometimes there was a jerk of one arm alone, at other times jerks occurred on both sides simultaneously. The abdominal muscles were involved. He thought that Dana was the first to call these cases " myoclonias," and he included under this head paramyoclonus multiplex, a term which seemed to have no meaning, as " para " meant near, and if the contraction was not in muscle where was it? In Friedreich's cases of paramyoclonus multiplex there was no alteration in the reflexes but he (the speaker) thought that the patients in those cases sometimes fell down in spasm. He believed they were much the same as the one now shown, and only differed from it in not presenting reflex changes. On examination (7.7.26).-Signs unchanged, except that the right pupil was larger than the left, and the complete dissociated ancesthesia had spread to cervicals 3 and 4 on the left, and the left plantar was now flexor.
1929.-Signs unchanged, except that great wasting of both shoulder girdles had begun, and there was, in addition, complete dissociated anesthesia of the upper two divisions of the right fifth nerve.
Deep X-ray therapy given to cervical spine. 1.12.34.-Pupils: Right 3 mm. Left 1-5 mm. Light, consensual, and accommodation reflexes present, both sides. Present condition.-No nystagmus. Speech: Spastic, dysarthric. Fifth nerve: Pain and temperature sensations absent in first and second divisions of right side. Weakness of right masseter and right pterygoids ; some wasting and loss of power in sternomastoid and trapezius.
